In April 2018, he presented to his local hospital with fatigue, fever, dyspnea, and thoracic and abdominal pain. Clinical examination revealed generalized lymphadenopathy, hepatosplenomegaly, and edema. Sonography indicated pleural and pericardial effusion and ascites suggestive of polyserositis. He developed pancytopenia and showed elevated serum C-reactive protein (CRP, figure, A and B) and hypoalbuminemia (2.24 g/dL). A mesenteric lymph node (LN) biopsy was performed and was deemed inconclusive.
He was referred to our clinic. Repeated serologic testing for autoimmune, paraneoplastic, and infectious causes remained inconspicuous, especially regarding antinuclear antibodies and herpesvirus (including human herpesvirus (HHV)-8 and HIV PCR in peripheral blood). Whole-body 18 F-FDG PET/CT, bronchoscopy, and gastro-/colonoscopy provided no further explanations. Persistent disseminated lymphadenopathy, polyserositis, and organomegaly were detected through CT (figure, F-H). An axillary LN biopsy was performed 3 weeks after the initial presentation, but changes were nonspecific despite extensive immunohistochemistry and clonality analysis. Bone marrow puncture revealed increased megakaryocytosis (figure, I).
*These authors contributed equally to the manuscript. After immunosuppressive therapy with high-dose IV methylprednisolone (IVMPS, figure, A♦) and immunoadsorption (IA, figure, A•), inflammatory activity decreased and blood cell counts rose again. Pleural and ascites punctures had to be performed less frequently.
However, 28 days after symptom onset, the patient rapidly redeteriorated with increasing serum CRP-levels and reemerging cytopenia, especially thrombocytopenia refractory to IV immunoglobulins ( figure, A and (figure, B) , fever, organomegaly, absence of hypergammaglobulinemia (0.8 g/dL), lymphadenopathy, and hyperplasia of megakaryocytes) was established. 5 Repeated IVMPS and IA treatment (figure, A♦,•) induced ongoing remission. The patient fully recovered and continues to receive a small dose of oral prednisolone (5 mg/d). He is regularly screened (every 3 months) for re-emerging disease activity and development of secondary malignancies. 6
Discussion
Development of secondary autoimmunity after alemtuzumab treatment is a well-known phenomenon and has been addressed by a strict risk management program screening especially for thrombocytopenia, thyroid, and kidney autoimmunity. Although the incidence of these disorders might have been overestimated according to postmarketing studies, 2 a variety of other rare entities have been described in the past 2 years. These reports include both organ-restricted diseases and systemic conditions. 3 Two additional iMCD cases have been described, with disease onset at 31 and 41 months after alemtuzumab initiation. 6, 7 One feature shared by HLH and iMCD is their association with different malignancies which can occur before, concurrent with, or after iMCD diagnosis (with an incidence of up to 19%). These require careful consideration when adjusting the patient's risk management plan, especially beyond 48 months after the last alemtuzumab infusion. 5 Furthermore, differentiation of HLH and iMCD is crucial because the latter can be treated with the monoclonal anti-IL6 antibody siltuximab. 5 In conclusion, the current case highlights iMCD as another rare but potentially life-threatening secondary autoimmune event after alemtuzumab treatment. Until risk management plans have been adjusted to include these new disorders, clinicians should perform a thorough clinical follow-up (e.g., screening of B symptoms, examination of LNs) and, in suspicious cases, seek early interdisciplinary support. 
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